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Heonara/ibHasi BO/NAHKA — CHMTOMOKOMILIEKC, THATHOCTHPYEMbIi Y HOBOPOK/IEHHBIX, MATEPH KOTOPBIX CTPAJAIOT AYTOUMMYHHbI-
MU PEBMATHYECKMMH 3200/I€BAHUSAMH, ¥ NPOSIBJISIIOIMIICA JBYMSI OCHOBHBIMH NMPU3HAKAMM: NOPAXKEHHEM KOXKHM U Cepaua. Y HOBO-
POKIEHHOTO MOTYT OBITh KJIaCCHYECKasH KOJIbIEBHIHAS 3PUTEMA, TEJICAHIHIKTA31H, aTpodust KoxKH, (DOJIMKY/ISPHbIE IIPOOKH U Ye-
mryiiku. Takoe nopaeHne Koxu 00bIYHO COYETAETCS ¢ YACTHYHOI WK MOJIHO# 0JI0KaI0# cepia 3a cueT (hudpo3a ero npoBOASIMIMX
nyteii. [IpeacrapieHo KIMHNYECKoe HAOI0ieHHe peDeHKa ¢ HEOHATAIBHOM BOJYAHKOI U3 COOCTBEHHOI MPAKTHKH.
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Neonatal lupus is a complex of symptoms diagnosed in newborns whose mothers suffer from autoimmune rheumatic diseases; it is
manifested by two main signs: diseases of the skin and heart. A newborn may have classic ring-shaped erythema, telangiectasia, skin
atrophy, follicular plugs and scales. This skin lesion is usually combined with a partial or complete heart block due to fibrosis of its
pathways. There is a Clinical case of a child with neonatal lupus from own practice.
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HeOHaTaanaﬂ BOJJYaHKa — CHUMTOMOKOMILIEKC,
JIMaTHOCTUPYEMBIIA Y HOBOPOXICHHBIX, MaTepH
KOTOPBIX CTPamaloT ayTOMMMYHHBIMU pEBMATUYECKUMU
3a00IeBaHUSIMU. XapaKTepPU3yeTcsT ABYMS OCHOBHBIMU
MpU3HAKaMU: TTOpakeHHueM KOXW M cepaua. [Tpubmm-
3UTEJIbHO B TTOJIOBMHE BCEX OMMCAHHBIX CIydyaeB HeEOo-
HaTajbHas BOJYaHKa TIPOSIBJISIETCS B BUIE W30JUPO-
BaHHOTO KOXHOTO 3a00JIeBaHUS, a B IPYroi TIOJIOBUHE
HaOTIONEeHUT — KaK M30JIMPOBaHHAsT BPOXAEHHas 0JI0-
kama cepaua. B 10% ciydaeB uMeeTcsl coueTaHUE DTHUX
cuHIpoMOB. Penko HeoHaTallbHasi BOJTYAHKA COIMPOBO-
KIaeTcs APYroil CUMITOMATUKOM, Yallle MpPeXOasiero
xapakTepa [1].
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B maroreHe3e 3aboyieBaHUST pacCMaTpPUBAIOTCS He-
CKOJIBKO MEXaHU3MOB. TpOITHOCTh K CepleyHOl TKa-
HU OOBSICHSIETCS COBITaZIICHUEM CPOKOB CEPAEYHOTO
OHTOTE€HEe3a M HapacTaHWs TPOHMKHOBEHUsS aHTUTEI
(KoHIIEHTpalMsI MX B KpPOBM Tuiofa Bo3pactaeT ¢ 400
no 800 Mr/mi). AHTUTEeNa MaTepu, MOTMAaBIIUE K TUIOMTY,
BBI3BIBAIOT BOCTIAJIEHUE, YTO MPUBOIUT K PyOIIeBaHUIO
u ¢bubpo3y TkaHu cepaua. [Ipoucxonut MHrMOMpoBaHUe
KaJbIIMEBBIX KaHAIOB L-Tuma, mopaxkaloTcst aapeHope-
mentopsl 1 M-xommHOpetenTopsl. [1poliecc MoxkeT mo-
TEHIIMPOBATHCS TEHETUIECKOU TPenpactiookKeHHOCTHIO
(namuume y matrepy HLA—B8 1 HLA-DR3), BupycHoit
nHbEKIUen 1 ap.

KimHnueckue mposiBiieHUs] HEOHATATbHOW BOTYaHKU
MOTYT OBITh pa3TuYHbl. KOXHBIE BEICBITTAHS TTOSBIISIIOT-
csl OOBIYHO B T€YEHUE TMEPBBIX 2 MeC XKU3HU U TIPUCYT-
CTBYIOT y 15—25% OGonbHBIX meteit. ChITb TIpeacTaBie-
Ha MIeNYIIAIIUMUCS 3PUTEMATO3HBIMU BBICHITIAHUSIMU,
KOJIblIeOOpa3HOM, OBaJbHOW WM OKPYIJIoil (hOPMBI,
JIOKAJTU3YIONUMUCS Ha JINIIE ¥ BOJIOCUCTON 9acTH TOJIO-
BBI, peXe Ha TYJIOBUILE W BEPXHUX KOHEYHOCTSIX. MHO-
TWe IeTH WMEIOT CJIMBHYIO 3PUTEMY BOKDYT TJia3, TOJTY-
YUBIIYIO Ha3BaHUE «IJla3a COBbl» WM «IJIa3Hasl MackKa»
[2]. TTopaxkeHMe KOX1 OOBIYHO perpeccupyer 0e3 Kakoii-
JTOO Tepary B TeUeHNE HECKOTBKUX Heleb — IMOJTyToaa
KU3HU peOeHKa, MHOTIAa COXpaHsieTcs 0oJiee ITUTENBHO,
MOXKET OCTaBUThb TMITOMMUTMEHTALINIO. B penKkux ciydasx
OTMEYalOTCs TIEPCUCTUPYIOLIIME TeJIeaHTUIKTa3u M [3].
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Co CTOPOHBI CepPACUHO-COCYIUCTON CUCTEMBI HAOJTIO-
JTAIOTCS CIIeAYIOIIe HapyIlIeHUs: BPOXKIEHHBIE aTPUOBEH-
TpuKkysipHble (AB) Oyokanbl pa3MyHON CTETIEHU, BbI-
sIBJIieMbIe Ha cpoke 18—24 Hen 6epeMeHHOCTH, CUHIPOM
yummHeHHoro QT-unTepBana B 10% ciyvaes. [Tpubmmsu-
TeNbHO Y 1—3% TI0I0B M HOBOPOKIECHHBIX Pa3BUBACTCS
BpOXIEHHAsI TI0JIHAs TorepevyHas 0ji0Kaaa Kak Hanbosiee
TSOKENTBIA BapUaHT TTOPakeHUsl cepiia, KOTOPhI BCTpe-
yaetcst penko (1:20 000 ponos). I[Tpu atom 3 u3 4 nopa-
SKEHHBIX MJIAIEHIIEB HE UMEIOT HUKAKUX aHATOMUYECKUX
M3MEHEHUI cepana, a B 25% ciydaeB BpOXKIEHHAsI TIOJI-
Hasl TIoTlepeyHass OJIoKama COYEeTaeTCsl C BPOXKIAECHHBIM
IMOPOKOM cepAla (He3apalleHrueM aopTalbHOTO MPOTOKa,
CENTAIbHBIMU Te(peKTaMu, OTKPBITBIM OBAJIbHBIM OTBEP-
CTHEM, KOapKTallMei a0PThI, TUTIOTIa3Me TIPaBOTO JKeJTy-
JTIOYKa, KJIarmaHHBIMU MOpoKaMu U ap.)[4].

B03MOXHBI cHCTeMHbBIE MPOSIBICHUST, TAKWe KaK Te-
rmaToMerajaus, TpaH3UTOpHAsT TIeYeHOUYHasT AUCHYHK-
LIWsI, CTUTEHOMeTalus, JuMdbaaeHonaTusI, MTHEBMOHUT.
CucrteMHBIe HapylIeHUsI, TTOTOOHO KOXHBIM TPOSIBIIE-
HUSIM, HOCSIT TIPEXOASAIINIA XapaKTep U, KaK MPaBUIo, UC-
Ye3aoT K 3-My MeCSIIy KU3HU peOeHKa.

HaunbGonee yacTbiM TreMaTOJOTMYECKUM TPU3HAKOM
HEOHATaJbHOW BOJMMAHKU SIBIISIETCSI TPOMOOILIMTOIIEHUSI,
BcTpevarotiasicas B 10% ciayyaeB. Bo3MOXHO TakkKe BbI-
SIBJICHUE HEUTPOIIeHWM W MaHuuToneHuu. JIumdorne-
HUSI, YaCTO HaOIIONAIONIAsICS TIpU OOJIE3HN Y B3POCIBIX,
MpY HeOHATATbHOI BOJTYaHKE HEe PETUCTPUPYETCSI.

HeonatanpHass BojuaHKa B OOJBIIMHCTBE CJIydaeB
He TpeOyeT Teparnuu, CMMIITOMaTHKa CTUXAeT IO Mepe JT1-
MUHALIMA MaTepPUHCKUX aHTUTEN U3 KPOBU HOBOPOKICH-
HOTO, MCKJTIOUEHE COCTaBIISIET BPOXKICHHAS TTOJTHAST TIOTTe-
peuHast Oyokana. Ilpodumnakrnaeckoe HazHauYeHUE AETSIM
MeIMKaMEHTO3HBIX CPEJICTB TaKKe He PEKOMEHTYeTCSI.

HeobxomnMocTb B TOTOJHUTENIEHON Tepanmuu Oepe-
MEHHBIX BOBHMKAET MPU HAJTMIUH Y HUX paHee POXKISHHBIX
neTeit ¢ HeoHaTaabHOI BoyyaHKoM. J. Buyon u coaBt. [5]
COOOIIMIIM O TIPUMEHEHMM BBICOKHUX JI03 JeKcameTa-
30Ha (KaK HEMHAKTUBHMPYIOIIETOCS B TIIAlleHTe W CITO-
COOHOTrO NelicTBOBaTh Ha IION B akTUBHOM ¢opme). C.
Barclay u coaBt. [6] mpoBomwiM GepeMeHHBIM TIa3Ma-
depe3, Ha (oHEe KOTOPOro OTMeYajoCh YMEHbIIEHUE
MPU3HAKOB TsKesoro mMuokapauta y 1ona. R. Kaaja
U COaBT. [7] yCMelIHO UCTIONb30BaIM BHYTPUBEHHBIN ram-
Ma-TJIOOYJIMH W TIPEIHU30JIOH B Teparuu OepeMeHHOM
1 poWIaKTUKA HeoHaTtajabHO# Bomuanku. H. Tran
U COaBT. [8] Ha AKCTIEPUMEHTAJIbLHBIX MOJIEJISIX TIPOIEMOH-
CTPUPOBAII YMEHBIIIEHNE TPaHCIUIAlEHTAPHOW TTepeaadn
Ro/La-anTtuten y Mbliieid, MOJyYyaBUIMX BHYTPUBEHHbIN
UMMYHOI00YIMH. JlaHHas Tepanusi obecrieyrmBaia yMEHb-
meHue KojmdectBa IgG-amonTO3HBIX KIIETOYHBIX KOM-
TJIEKCOB B CePIILIE MBIIIIEH ITO CPABHEHUIO C KOHTPOJIEM.

KnuHunyecknii npumep

Haomonanacek neBouyka B Bo3pacte 3 Mec. Marthb cTpa-
naet 6oJyie3Hbto (cuHapomoM) lllerpeHa, mosyyaer rio-
KOKOPTUKOCTEPOUJIHYIO Teparnuio. PebeHoK pomuics
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OT MepPBOM AUXOPUATBHOM AMAMHUOTUYECKON GepeMeH-
HocTu nocpeacTBoM DKO, mepBbIX CPOYHBIX POJIOB ITy-
TEeM KecapeBa ceueHus Ha cpoke 37—38 Hen (paHHee U3-
JINTUE OKOJOTUIONHBIX Boa). Ha 23-it Hexene recranumn
BhIsIBIIcHA ToiHast AB-OGmokama. [ImarHo3 mpm poxkie-
HUU: acOUKCUST yMepeHHasl, HeMOHOIIIEHHOCTb 37 Hesl.
Macca mipu poxknennu 2600 1, mmmHa Tena — 47 cM.

B cBSI3U ¢ TSKECTBIO COCTOSIHUSI peOeHOK TIepeBeieH
B OT/EJIEHWE TTaTOJIOTMM HOBOPOXIEHHBIX JleTcKoll pec-
MyOJMKAHCKON KIMHWYeCKoW OosibHUIIbI MuH3ApaBa
Pecnyonuku TaTtapctaH, TAe HaXOOAWICS B TeUECHHE Me-
cslla ¢ IWAarHO30M: MTHEBMOHUS Ha (hOHE aTeJIeKTa30B;
JbIXaTeJbHash HeTOCTAaTOYHOCTh |- CTeTieH!; BpOXKIeH-
Has motHast AB-6yiokana, HapyleHre KpoBooOpaleHUs
1-if cTereH; OTKPBITBIN A0pTabHBIA MPOTOK, OTKPBITOE
OBaJIbHOE OKHO, JIETOYHasT TMIEPTEH3UsI HOBOPOXIECH-
HBIX; HepoHommeHHOCcTh 37 Hea. [lomyuyana cumnToma-
TUYEeCKOe JiedeHue. BhIMcaHa B yIOBJIETBOPUTEIBHOM
COCTOSTHMM, PEKOMEHI0BaHA TOCTIUTATN3AIIUs B KapaIruo-
peBMaTOJIOTUYECKOE OTAeeHne [IeTCKo pecrmyonmKaH-
CKOM KJTMHUYECKOM OONBHULIBI TSI TMHAMUYECKOTO 00-
clieoBaHusI.

Ha 5-11 Heyene XX1U3HU, CO CJIOB MaTepH, MOSIBUINCH
oYyaru MOKpacHEHWs C My3bIpbKaMM Ha julile (Imoabo-
POIIOK, IIEKHW) U BOJOCUCTON YaCTH TOJIOBBI pebeHKa.
JlepMaToyioTOM TIOCTaBJIEH AMArHo3: OyJUIe3HbIN aAep-
MaTUT ¥ Ha3HAuYeHO JieyeHue: o0paboTKa oJyaroB pac-
TBOpPOM TNepMaHTaHaTa KaJusg — 0e3 ITOJIOXKUTETbHON
IWHAMUKK. B KapamopeBMaTosiormueckoe OTHeIeHUE
OOJIBHUIIBI JIEBOYKA TOCTyMNUIa ¢ XajobaMu Ha Oecrio-
KOMCTBO, HAJIMYKME OYaroB DPUTEMBI Ha JIMLIE U BOJOCH-
cToii yactu rojioBbl. OOBEKTUBHO: COCTOSTHUE CTaOWIIb-
HOe, TeMOIWHAMUKa He HapyieHa. KoXHble MOKpPOBBI
GJieIHbIE, MPaAMOpPHEBIE, B 00JIACTH BOJIOCUCTOM YaCTH TO-
JIOBBI, Ha JIIIE KOJbLEBUIHbIE 3JIEMEHTHI PO30BOTO 1IBe-
Ta ¢ JEMUTMEHTUPOBAHHBIM LIEHTPOM pa3mepoM ot 0,3
1o 1,5 cm, He comnpoBoxaatoiuecs: 3yaom (puc. 1). Bu-
JIVMBIE CIM3UCThIE YMCThIE. B JJeTKuX IbIxaHWe ImySpHTb-
Hoe, XpuroB HeT. CepieYHbIe TOHBI SICHbIe, pPUTMUYHbIE,
YacToTa CepACUHBIX COKpalleHuit 64 B MuUHYTY. Ku-
BOT MSITKUI 0Oe300ie3HeHHbIN. [leuyeHb manbnupyeTcs
W3-TIOJ TIpaBoit pedepHoii nyru Ha 2,5—3,0 cM, cese3eHKa
MaJIBITMPYETCS Y Kpast JIEBOI TOIpeOepHOI TyTH.

JlabopaTopHbIe METOIBI UCCIIEIOBAHMST: OOIIMIA 1 61O~
XUMHWYECKUI aHaJIM3bl KPOBU B HOpME, aHTUTENA K JBY-
cniupanibHOil JIHK He oOHapyXeHbl, aHTMHYKJIeapHbIe
aHTHTeJIa BBHISIBICHB. B KpoBUW y MaTepu OOHApyKeHBI
aHTuTena K nBycniupainbHoit JIHK u aHTMHYKIIeapHbIe
aHTHTENA.

Ha DKI: AB-6mokana I11 crenenn, yactora cokpariie-
Huit npeacepauit 181—200 B MUHYTY, YacTOTa COKpaliie-
HU XeJTyno9koB 60—61 B MUHYTY, BepTUKAJIBHOE TTOJIO-
JKeHue aJiekTpuieckoit ocu cepaua (+78°). Mo naHHbIM
xoJitepoBckoro moHutopupoBanus DKI (puc. 2) — mon-
Hast AB-6yokana, ynmmHenne Q— T-uHtepBaina (560 mc).
ITpu mpoBeneHNUN 3X0Kaparuorpady BLISIBIEHBI OTKPbI-
TBIN apTepUabHBIN MTPOTOK, TUIATALINS JIEBBIX OTAEIOB
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KJIMHUYECKUE CJ1YHAU

LTI Y

Puc. 1. KoapueBuaHasi 3puTeMa Ha KOXKe JIMIA, BOJIOCHCTOIl YacTH royioBbl (a) U TysoBuina (0). ITamuentka M., 3 Mec Ku3HHU.

Fig. 1. Ring-shaped erythema on the face, the scalp (a) and the body (0). Patient M., 3 month.
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Fig. 2. Holter monitoring of ECG — extension of Q—7-interval (560 ms).

cepilla M TMPaBOro XKeJyAo4yKa, OTKPBITOE OBaJbHOE
OKHO — 3,0 MM, HEIOCTATOYHOCTbh MUTPAJILHOTO KJlana-
Ha 1-ii cTeneHu, JOXHbIE XOPbl JIEBOTO XeJyI10uKa.

ITopesyabrataM npoBeIeHHbIX UCCIETOBAHUI TOCTAB-
JIeH KJIMHWYECKWI NUarHo3: HeoHaTalbHasi BOJYAHKA;
BpOXIeHHas nosiHasi AB-0yiokana; CUHAPOM YIJIMHEH-
Horo QT-uHTepBana; OTKPhITOE OBAIbHOE OKHO, OTKPbI-
TBI apTEepPUATTbHBIIN MPOTOK; HEAOCTATOYHOCTh MUTPATTh-
HOro kjanaHa [-ii crerneHu; auaaTaius JEBbIX OTAEIOB
cepaua M MpaBoro XeayloukKa; JIOKHBIE XOPIbl JIEBOTO
KeJTyIouKa.

[TpoBeneHo JeueHUe: TPETHU30JIOH | MT/KT B CYTKU
BHYTPh B T€UCHHUE MecsIlla M CUMIITOMAaTUYecKasl Tepa-
musi. Ha oHe eueHnsT KOXHBIN CHUHAPOM KyIMPOBaH.
Bbinucana B cTaOMJIBHOM COCTOSIHMM, PEKOMEHIOBAHO
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